We report a case of neuronal intranuclear inclusion disease (NIID) confirmed by detection of intranuclear inclusions in a skin biopsy specimen. Brain magnetic resonance imaging showed mild cerebral atrophy and linear hyperintensities at the corticomedullary junction on diffusion-weighted images. This patient developed non-convulsive status epilepticus with generalized periodic discharge on electroencephalography after recurrent symptoms of paroxysmal nausea and slowly progressive cognitive decline.
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3 even a severe tendency to sleep, accompanied by continuous epileptiform discharges in electroencephalography (EEG) [6, 7] , and is a critical condition that must be identified when managing patients with disturbance of consciousness. We encountered a patient with NIID who developed NCSE after presenting with recurrent paroxysmal nausea, slowly progressive cognitive decline, and loss of consciousness preceded by dizziness. To our knowledge, there have been no published reports of NCSE associated with NIID.
Case report
In 
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A C C E P T E D M A N U S C R I P T 4 showed mild cerebral atrophy, with linear hyperintensities at the corticomedullary junction in the frontal and parietal lobes on diffusion-weighted and fluid-attenuated inversion recovery images (Fig. 1) . A skin biopsy specimen was obtained from the right ankle, and intranuclear inclusions were detected by anti-ubiquitin immunostaining of fibroblasts, sweat gland cells, and adipocytes (Fig. 2) .
NIID was diagnosed from these findings and the patient was discharged without medications. In October 2015, she developed dizziness and vomiting, and was readmitted in a semi-comatose state. On the second hospital day, EEG revealed generalized bilateral high-amplitude periodic delta waves and sharp waves at 0.5-1 sec intervals ( Fig. 3 ), although no convulsions were noted. Intravenous phenytoin was administered and her consciousness improved to a clear state. After 2 weeks, she was discharged on oral anticonvulsant therapy. Although she could initially perform daily activities unaided, she died of aspiration pneumonia in another hospital after two years.
Discussion
Our patient manifested loss of consciousness without obvious convulsions, while EEG revealed generalized bilateral periodic delta waves and high-amplitude sharp waves at 0.5-1 second intervals, which were identified as generalized periodic discharges (GPDs 
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5 neuropathy, and autonomic dysfunction [4, 5] . With regard to epilepsy, seizure-like episodes such as recurrent syncope or falls have only been reported in six adults with NIID, although children with this disease often have seizures [1, 2, 3, 11, 12, 13] . Espay et al. reported a 20-year-old woman with recurrent episodes of momentary loss of consciousness accompanied by mood changes, in whom EEG showed generalized periodic discharges [3] . In addition, Toyota et al. reported a 70-year-old woman with recurrent falls, in whom EEG showed mid-temporal spikes and sharp waves [13] , but there were no features of NCSE associated with GPDs like our case. In the other four patients with seizure-like episodes, EEG failed to confirm epileptic discharges [1, 2, 11, 12] . Thus, there have not been any previous reports about a patient with NCSE and EEG confirmation of GPDs.
Hypoxic/anoxic encephalopathy was reported to be the most frequent cause of NCSE [6, 7] . Although the etiology of NCSE with GPDs is unknown in our patient, it may have been related to cerebral hypoxia because the abnormalities we detected by diffusion-weighted MRI suggested cytotoxic edema like that frequently observed in ischemic stroke patients and recurrent cerebral infarction-like episodes have been reported in a patient with NIID [13] . Since progressive cognitive impairment may make it difficult to detect loss of consciousness due to NCSE in adult NIID patients, only a few previous reports of these patients have included EEG findings [4, 13, 14] .
Accordingly, a diagnosis of NCSE may have been missed in some adult NIID patients with white matter lesions on MRI like those seen in the present case. Informed consent was obtained from the patient and family.
Conclusion
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